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6enoapobHu 3abonaBaHuA
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benoapobHa xuneptoHua: OnpepeneHume

" He e 3abonaBaHe, a cOOpP OT CbCTOAHUA, XapaKTEPU3IUPAaLLU Cce C

nosuweHo PAP

= lednHUPaA Ce KaTO XPOHUYHO noBuweHne Ha mPAP>25 mmHg B

NMOKOW, YCTAHOBEHO NpU AsiCHA cbpaevHa KaTetepmdauma(JCK)
" 334b/KUTENHO BOAM A0 AACHA CbpAeYHA HeAOCTaTbYHOCT U CMBPT

" YecTo NbTU € HeamnarHocTuumpaHa Ao KPpamHO HanpeaHaan ctaauu

2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension, European Heart Journal, October 21, 2015



Tunose 6enoapobHa xmnepToHUs

Thromboembolic
disease

Precapillary
(arterial)

/

Alveolus

Lung disease/hypoxia

IPAH and APAH

Postcapillary

\ (venous)

Left-sided heart disease

IPAH = idiopathic pulmonary artery hypertension; APAH = associated pulmonary artery hypertension.



CbabprKaHue

 KakBO 3Haem 3a naTtoreHe3aTa Ha benoapobHaTa XMNepToHUa Npu
XPOHUYHU BenoapobHm 3abonsaBaHuUA

* Kon ca ocHoBHUTe BbenoapobHm 3abonsaBaHua, cBbp3aHu ¢ bX

* Kak ce cTpatndumnumpa texkectra Ha bX npu benogpobHun 3abonsaBaHms
M KaKBa € HEMHaTa NPOrHo3a

* Kon ca OCHOBHUTE AMArHOCTUYHU METOAM HA MY/IMONOra 3a OLLEHKa
Ha 6benoapobHaTa XMNEepPTOHUS

* KakBO e neyeHmneTo Ha bBX npu xpoHn4Hn 6enoapobHn 3abonaBaHmnA



CbabprKaHue

 KakBo 3Haem 3a natoreHe3ata Ha 6enoapobHaTa XMnNnepToHMA Npu
XpOHUYHU 6enoapobHUu 3abonasaHusn



AneonapHarta XUNOKCUA € MOLEeH CTUMYA 33
benoapobHa Ba3OKOHCTPUKLUUA

¢ XMNOKCHMYHaTa Ba3OKOHCTPUKLIUA
( XBK) e pednekc, yHMKaneH 3a
benoapobHUTE apTeEPUIN, KOUTO
noabprKa V/Q cboTBeTCTBUSA

¢ XMNoKcuATa NPUUYMNHABA
MHXMOUpPAHE Ha EHEPTUINHO
3aBUCUMUTE K+ KaHann u
MemMbpaHHa Aenonapm3auma c

HaBan3aHe Ha Ca++.

Platelets
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Thromboxane
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Endothelium-dependent factors Endothelial cell

Relaxing factors Contracting factors

+ Nitric oxide 4 Endothelin

+ Prostacyclin 4 Thromboxane

Smooth-muscle ion ? C d 2+ Smooth-muscle cell

channel activity
v K+ efflux via K, channel

lon channel



AneonapHaTa XMnokcusa cTumyampa npouecu Ha 6enoapobHo
M CUCTEMHO Bb3naJsieHue

hypox i as i g na I i n g pat hway Normal pulmonary artery Reversible hypoxic PH

*HIF hypoxia inducible factor
+*NF-«xB nuclear factor kB

. ] + Flow/shear
+XOR xanthine oxidoreductase stress
+*ROS reactive oxygen species

L6

Fibroblast SMC PAEC Macrophage

Proliferation Proliferation Proliferation Immune ce Il recruitment

Immune cell recruitment Hypertrophy SMC proliferation Release pro-inflammatory mediators
SMC proliferation Induce vasoconstriction Stromal cell activation

Collagen and ECM deposition Release pro-inflammatory mediators SMC proliferation

Myofibroblast differentiation




CUCTeMHOTO Bb3nasieHUe, XxapaKTepHo 3a
benoapobHuTe 3abonasaHna moxxe aa
npuunHasa bX
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CTpYKTypHM NMPOMEHU B 6EHO,£|,pO6HMTe CbAoBE B PE3YNTAT HA XUTNOKCUATA U
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1. EHaoTenHa ancdyHKuUmA

Bb3naneHue

feHeTUYHU PaKTOpPU

2. TnapgKkomycKynHa nponndepaums

3. PemoagennpaHe PGIL,S = prostacyclin synthase;
eNOS = endothelial nitric oxide

synthase
Chaouat, Pulmonary hypertension in COPD Eur Respir J 2008, EEJ'I O.ﬂlp06 Ha Xxuyrne pTO HNEA ET-1 = endothelin-1



AdonbaHUTeNHU NPpUYnHU 3a bX npu

benonpobHn 3abonaBaHuA

= bTE

" CbpaeyeH kKomobunanter

= [leCTPYKTUBHU NPOMEHU B CbA0BETE N HAMANIEHUE

Ha 6enoapobHOTO CbAOBO PYCNO

= KomnpecnsHn edekTn oT benoapobHUa napeHxnm

Bbpxy benoapobHata UMpKynaumsa

" [TOHUMKEeHMEe Ha UHTpPanAeBpPasIHOTO HaNAraHe,

3aTpyAHEeHO NbJ/IHEHe Ha AAcHaTa Kamepa

Emphysema

~_ Collapsed
alveolar sac

Normal lungs
Bronchiole

Alveolar duct (J A
e g
Alveolar sac B
/' - - g

Capillary
network



CbabprKaHue

e KakBO 3Haem 3a naTtoreHe3aTta Ha benoapobHaTa XMNEepPTOHUA NPU
XPOHUYHU BenoapobHm 3abonsaBaHUA

* Kou ca ocHosHUTE benoapobHu 3abonasanna, cebp3anun ¢ bX

e Kak ce cTpatndumnumpa texkectra Ha bX npu benogpobHun 3abonsaBaHms
N KaKBa € HeEMHATa NPOrHo3a

e Kou ca 0OCHOBHUTE AMArHOCTUYHM METOAM Ha NMYIMO/IOTa 33 OLEHKA
Ha 6enogpobHaTa XMNepToHUA

e KakBo e neyeHneTo Ha bX npu XxpoHn4yHmn 6enoapobHmn 3abonaBaHuUS



'pyna 3: benoapobHa xmnepToHUA Npwn
3abonasaHma Ha 6enua gpob wu/mMam xmnokcma

" XpOHMYHA 0bCcTpYKTUBHA benoapobHa 6onect(XOBB)
" UHTepcTUUManHmn benogpobHun 3abonaBaHms

= lpyrn 6enoapobHu 3abonasaHma c KOMBUHMpPAHA NaToreHasa-
0OCTPYKTUBHO/PECTPUKTUBHM

" bonecTn,cBbpP3aHM C HapyLweHMe Ha AULLIAHETO MO Bpeme Ha CbH
" bonecTn, CBbP3aHM C aNBeosIapHa XMMOBEHTUIaLUA

" XpOHMYHA BUCOYMHHA bonecT

" lepeKTn B pa3BUTUETO Ha benna apob

2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension, European Heart Journal, October 21, 2015



XObb

= X ce yctaHoBABABA B 18 % ot XObb nauneHTnTe, HO npn 71% e Hanuue bX

npu ycunue

Karina Portillo, Pulmonary hemodynamic profile in chronic obstructive pulmonary disease, International Journal
of COPD 2015:10 1313-1320

= Cnopepn pa3nnuvHm npoydsaHma npun 36% ao 50% ot naumeHtnTe ¢ XObb B

3-4- T ctagnit no GOLD umam BX, doka3zaHa c []CK

" Cnopepn aoknagmnte Ha GOLD po 90% ot 6onHuTe B IV- TV cCTagu umat
MPAP >20 mm Hg, KaTo noBe4eTo ca ¢ gnana3oHa 20- 35 mm Hg u camo 3-
5% nmat mPAP >35 to 40 mm



TexXKaTta 6enogpobHa XxunepToHUA He e XapaKTepHa 3a

XObb
CpedHo PAP(Ppa) npu 998 nayuenmu ¢ XObb ¢ neka do MHO20 mexkKa 6poHXuanHa
obcmpykyus.
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Chaouat A, Bugnet AS, Kadaoui N, et al. Severe pulmonary hypertension and chronic obstructive pulmonary disease. Am J Respir Crit Care Med 2005



[ToBeuyeTo oT nauneHTUTe ¢ XObb U Texxka bX nmar
AOMNb/IHUTENHA NPUYMHA 33 TOBA CbCTOAHUE

 JleBOKamepHa bonect
* benoapobHa embonus

* CbHHa anHeA unan gpyra 6onect Ha AULLAHETO NOo

Bpeme Ha CbH U 4.



KnuHunyeH cnyyau
MBI HO 47200UHU ¢ dueHocmuuyupaHa XObb u npoz2pecupauy

300yX 0m 200UHU

PUL:

* BK-1,00-22%

e ®EO1-0,71-19%

* TndHo-39,2%

KTA (Ha ammocepepen 8v3dyx)
e pCO2-60mmHg

LTI

* pO2 39 mmHg
’EE * Sat02-72%
E * ExoK:
' 3

* NapagoKCasiHa KMHETUKa Ha MK

OK- 50mm BXoaeH TpaKT

TpuK. NHcyd.-ll-lllicT

PAP-cuctonHo 90 mmHg




120.00 kV \

450 mA

Slice Thk.: 1.25 mm
Tilt: 0.00

Exp. Time: 500 s




EaHOroguwHa cmbpTHOCT Ha nauyueHTn ¢ XObb u
benopapobHa xmnepToHUA

"""""

3096 naumneHTn c XOBB, 6e3
NIK ancoyHkuma, PU>50% .

©
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N3mepBaH noKasarten PAPs 2 70%
1)pyna A: XOBB 6e3 BX =
(PAPs< 35 mmHg) T S0% 4 GroupD—

8 o
2)lpyna B: XOBb c neka & aon —e———
EX(PAPs- 35-50 mmHg) - t:oupZA
3)[pyna C: XOBB c ymepeHa | = g 2
BX (PAPs 50-65 mmHg) §

10%

4)pyna D: XOBb c BUCOKO- ( Group A
cteneHa bBX (PAPs > 65 k. 4 T " . °a —
mmHg)

Days

p< 0 0001

M. Khalid Mojadidi; Scott Roberts; Ronald Zolty THE EFFECT OF INCREASED SEVERITY OF PULMONARY HYPERTENSION ON MORTALITY OF PATIENTS WITH CO-EXISTING CHRONIC

OBSTRUCTIVE PULMONARY DISEASE, Am Coll Cardiol. 2013;61(10_S)




NanonatnuHa 6enoppobHa pmnbposa( NUbD)

= 10.7 / 100,000 rogmwHO 3a mMbrKe *

= 7.4/100,000 roomMLLIHO 33 eHu *

=" 0711991 po 2003 yectoTaTta HapacTtea ~11% roamnwHO *

= ~50- 60% OT BCUYKM NANONATUYHU UHTEPCTULMANHN

bonectu

*
Coultas DB, Zumwalt RE, Black WC, Sobonya RE. The epidemiologyof interstitial lung diseases. Am J Respir Crit Care Med 1994

*Gribbin J, Hubbard RB, Le Jeune |, Smith CJ, West J, Tata Ll.Incidence and mortality of idiopathic pulmonary fibrosis and sarcoidosis
in the UK. Thorax 2006



KAMHUYHA KapTUHA

= [lporpecupall 3agyx 1 MbyuTe/IHA Kalaumua
= KpanHuym- bapabaHHu NpbCTH

" benogpobHM HaxoaKku : [lncnHesn, umaHo3a, [1ByCTpPaHHMU

6a3anHu Kpenntauuu

= CbpAeYHU HaxoaKM : CMMNTOMU Ha benoapobHa

XMNepToHma n ascHa CH




HRCT- nbpBu eTan oT AMarHOCTUYEHMUA
A/IFTOPUTDBM

CurypHa

1. PeTUKynapHM NPOMEHMU CbC
CybnneBpanHa u 6a3anHa
npeanneKkums

2. [MpomeHun Tun ,,n4yenHa nuTa“ c nau
6e3 TPaKUMOHHM BPOHXMEKTA3NM

3. Jlnnca Ha NPOMEHU, KOUTO He
oTroBapAT Ha UIP

BepoATHa

e Hannumne Ha 1l mn 3, 6e3 2



STANDARIser. #: 2 2011-09-14
512 x 51lmg. #: 84 10:45:16
10:48:15

STANDARD

12 x 512

gl 17

Trnen « 4 K7

2011-09-14
10:45:16
10:48:15




XucronatonornyHum enemeHT Ha UIP

= XeteporeHHU obnactn Ha pnbpo3a cbe

cBpbnpoAyKUMAa n 6e3pa3bopHO oTnaraHe Ha

KoJ1lareH B eKcTpaLenyiapHua MaTpUKc

= Honeycombing B cybnnespanHute obnacrtu.

KUCTUYHUTE 30HM ca TannumpaHu c BpoHXmnaneH enuten

" MUHUMANHO UHTEPCTULUUNA/IHO Bb3nasieHune

(nbpBUYHO NponudepaTnseH npotec ).



NpUYnHU 3a CMBPT

IPF
[N=543]

1-7 roanwHoO npocneasBaHe

60% ymupar
[N=326]
fimxatenHa Ben.pak BTE Ben. Cbpae4Ho- APYyru
HeAoCTaTbYHOCT 1(°, 39, NHbeKLMM CbOoBM 18%
39% 3% 27%

Panos RJ et al. Am J Med. 1990:88:396.



bX npu Ub®

= 32% to 60% o1 6onHUTE c UMD*

gremling L FGF-24

= Cb40BO pemaoeniupaHe ¢ KOMMNAeKCHa

natoreHe3a inflammation?'.’ PDG F4
= lncperynauna Ha VEGF u PEDF Serotonin?
= Cnaba Kopenaumna mexay cterneHTa Ha CarlK

bX 1 BEHTUAaTOPHUTE HapyLeHunA Rho

GTPases? :

" Han- 3Haunma Kopenauyma Ha bX ¢ PA Wall remadeling:

- intima proliferation/fibrosis
- media thickening
D LCOSB* - adventitia fibrosis

*Smith J, Gorbett D, Pulmonary hypertension and idiopathic pulmonary fibrosis: a dastardly duo. Am J Med, 2013.

* Adolfo Villar, Prevalence of Pulmonary Arterial Hypertension (PAH) in Patients With Idiopathic Pulmonary Fibrosis (IPF)
Chest. 2014



bX cunHO BAOWaBa NpeXXuBAemocCTTa Npu
6onHute c UbBD
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Christopher J. Lettieri, Prevalence and Outcomes of Pulmonary Arterial Hypertension in Advanced Idiopathic Pulmonary Fibrosis, CHEST 2006; 129:746—752



KnuHuyeH cayyan

" MbK Ha 51 roa, nyway
10 MOMEHTA Ha
AnarHo3aTa, 3axapeH
AnabeT- Ha amneTa

" OnnakBaHUA OT CU/IHA
,3a4yLWwamBa‘“ Kawnumua
oT 2-3 ceaMmmnum




KanHuyeH cayyan




dyHKUuMoHanHa n ExoK oueHKa

Cnupometpusa : EXOKr
= BK- 2,54 n 53%; = 1K - 6e3 annatauus
= ®EO,- 2,17n 56%; " cTeHa 8 Mm
" TugpHo 85% = TAMNCE - 26 mm,
MUHUMaNHa TU
KpbBHO-ra3os aHanus
ph 7451 |'m CHAK - 28 MMHr
pCO2 31.0
p02 50.0 " 6e3 gaHHM 3a [K
HCO3 21.5
ANchYHKUUA
02Sat 87.0




1 roapuHa chep AnarHosarta

2043-10-15




1 roauHa chep AnarHosarta




CnupomeTtpua

1 rogpuHa chep AnarHosarta

®BK-1,86 n 38%
EXOKT ®EO1- 1,620 42%
(o)
= D ¢popma Ha JIK, GEO1/DBK 87%
DLCOcSB

= OU -73%, 6e3 JIK ancdyHKumna

= K -53mm, cTeHa 10 mm 2,04 mmol/min/kp) 19,1%

" TANCE-17 mm ; KpbBHO-ra3os aHanus

= PAPs - 63mmHg, oh 7 41
= 1K ancdyHkuma, Mun. TU pCO2 32.0
= BA B M3X. TPaKT Ha [IK - 67mc, pO2 30.0

HCO3 20.3

= W popma Ha NyAMm. Kp-TOK
O2Sat 58.0




lACHa cbpaeyHa KaTeTepusauus

e KopoHapHu apTepumn 6e3 CUrHNPUKAHTUN ne3unu.

* benogpobHa xmMnepToHma ¢ HanAaraHe 60/40, HenoBAMaBaLLO ce

CbLLECTBEHO Caea KMciopoaHa npoba.



KombuHupaHa 6enoppobHa pubposa u

emdpunsem( CPFE)
* Pa3/iMyHa HO30/10MMYHA eaAnHNLA. * YmepeHa u texxka bX B 30- 50% ot
e YecToTa 21.5/ 1,000 B 06wiaTa cny4anTe 1o 66%
nonynaumsa * JleKo 0O ymepeHOo HapyLleHune Ha
benoagpobHUTE 06EeMMU
* XapaKTepUCTUKU: * TeXXKO HapyLweH Andy3noHeH
v'100% npu nylaun kKanauyutet DLCO

o
v CUNHO JOMUHUPAHE Ha MbXKKUA Jlowa nporHo3a

non
v/TexKa ancnHes

v'Bbpxos emdpunsem c 6asanHa
dunbpo3a

Cottin V, Nunes H, Brillet P-Y, et al. Groupe d’Etude et de Recherche sur les Maladies Orphelines Pulmonaires (GERM O P) Combined pulmonary fibrosis and emphysema: a distinct
underrecognised entity. Eur Respir J. 2005






CPFE vma no- nowa nporHo3sa ot UbD
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Mayra Mejia, Idiopathic Pulmonary Fibrosis and Emphysema:Decreased Survival Associated With Severe Pulmonary Arterial Hypertension, Chest. 2009;136(1):



OcCHOBHATa NPUYMHA 3a NO- AOLLIATA NPOrHO3a NpwU
CPFE e 6enoppobHaTta XmnepToHuUA

=" CpeaHata PAPs npu CPFE e 82 + 20 mm Hg
"npu Ib® 57 + 15 mm Hg; p <0.0001

" PAPS > 75 mm Hg e cBbp3aHo ¢ iowa nporHo3a (HR, 2.25; p

= 0.022)



[PaHYNOMATO3HU napeHXMMHU 3abonaBaHna u bX

Capkoupao3a BX npu capkongosa e ceb3aHa c iowa
NporHo3a

bX e peaKo ycnoxkHeHue V6 %

OcHOBHO Npu NayuneHTn B 3-Tn U 4-Tn
ctaamin(no 71%)

[laTOreHesa:

v OnbpoTUUHa AECTPYKLMA Ha KanuaapHaTTa
benoapobHa mpexKa

v'"Komnpecua Ha 6enoapobHu cbaose ot
XWUNTYCHU N. Bb31U

v/ TpaHyNOMaTO3€eH BaCKyUT

v Cb0Ba Ba30KOCTPUKLMA U pemoaenmpaHe
OT Bb3Na/IMTENHN MeanaTopu

Nunes H, Humbert M, Capron F, et al. Pulmonary hypertension associated with sarcoidosis: mechanisms, haemodynamics and prognosis. Thorax 2006; 61: 68—74



Peakun 3abonasaHus

BenoapobHa JlaHrepxaHcoBa NInmdpaHrmoneimrommomarosa( JIAM)
xuctnouutosa(PLCH)




benoapobHU HanyweHUA No Bpeme Ha CbH U bX

ToyHaTa YectoTa Ha bX npn OCA He e n3BecCTHa.

NaHHuTe Bapupat ot 17 Ao 52%

Dimitar Sajkov, Bliegh Mupunga, Pulmonary Hypertension in Chronic Lung Diseases and/or Hypoxia, 2013, e-book,
http://dx.doi.org/10.5772/55681



BpoHxueKTasnu, KuctnuHa ombposa u bX
[Mpoy4yBaHe Bbpxy 94 naumeHTn ¢ BpOHXNEKTA3NM

* PAPs >240mmHg — npun 32,9%

* PAPs 2 70mmHg- npu 19,3%

KNcTMyHmnTEe 6PpOHXMEKTA3MM 33 CBbP3aHM MHOTO MO- YECTO U C MNOo-
TexKa bX

Abdulaziz H. Alzeer, Right and Left Ventricular Function and Pulmonary Artery Pressure in Patients With Bronchiectasis, CHEST 2008; 133:468 —473



dHATOMUYHUTE WBbHTOBE

—)>

bpoHx1eKkTasnm

AHATOMHYEH
mreHT |

AHATOMUYHO-NOA0OHUTE
LUbHTOBE

BenoapobHu
KOHCOMMAaUnn 1

aTeneKTa3su

4

AHATOMUYHO-
NnoaoOHU
LIbHTOBE

OrtBapsine Ha A-
II'BHTOBE T

4

HctuHcku
IIBHT]

HEAOCTATbYHOCT

No Uniform
ventilation blood flow to
to A Aand B

Absolute shunt




CbabpKaHue

 KakBO 3Haem 3a naTtoreHe3aTa Ha benoapobHaTa XMNepToHUa Npu
XPOHUYHU BenoapobHm 3abonsaBaHuUA

* Kon ca ocHoBHUTe BbenoapobHm 3abonsaBaHua, cBbp3aHu ¢ bX

* Kak ce ctpatudunumpa texkecrra Ha bX npu 6enoapobHm
3abonaBaHMA U KakBa e HeMHaTa NPOrHo3a

* Ko ca OCHOBHUTE ANArHOCTUYHU METOAM HA NMY/IMONOra 3a OLLEHKa
Ha 6benoapobHaTa XMNEepPTOHUS

* KakBO e neyeHmneTo Ha bBX npu xpoHn4Hn 6enoapobHn 3abonaBaHmnA



XemoanHamuuHa Knacudukauma Ha benoapobHarta
XMNepToHUA, AbNXKalla ce Ha benoapobHu 3abonaBaHuA

XObb/UB®/NBDE 6e3 BX PAPmM< 25mmHg

XOBbB/UB®P/UBDE c BX PAPM>25mmHg

XOBB/UBD/UBDE c Texkka BX | PAPM>35mmHg nau
PAPmM2= 25 mmHg npwu
Cl< 2,5L/min

2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension, European Heart Journal, October 21, 2015



MaumeHTure ¢ bX, aAbaKawa ce Ha 6enoapobHn 3abonasaHun
MMaT No- nowa nporHo3a ot UbAX

(COMPERA study)
1-Ba roanHa 2-pa roguHa 3-Ta roguHa
UBAX 93,0% 84,1% 73,1%
BX-XObb 87,5% 76,9% 60,9%
bX- UBD 78,9% 59,2% 38,8%

Grunig E, et al. Eur Respir J. 2015;46(Suppl 59):0A5000.




NYMYJidTNBHRaA INPemUBACMIOCT TT1PUN APORNYRN OC/I04P00RA
3a6019BaHUA

1.0 1
Sleepl/Alveolar Hypoventilation
n=28

0.8 -
‘©
-2
= - COPD with mPAP 25-39mmHg
= U _
» n=39
Q
12
s
= 04-
g "1 COPD with mPAP >40mmHg
O E— | I n=>57

| |
0.2 Interstitial Lung Disease
n=31
COPD mPAP 25-39 v COPD mPAP 240 p <0.05
0.0 - COPD mPAP 25-39 v Sleep/hypoventilation p<0.05

0 1 2 3 4 5

Years from Diagnosis
J Hurdman, R A Condliffe, C A Elliot, | Sabroe, D G Kiely, Pulmonary Hypertension (PH) associated with lung disease/ hypoxia; Thorax 2010



CbabpKaHue

 KakBO 3Haem 3a naTtoreHe3aTa Ha benoapobHaTa XMNepToHUa Npu
XPOHUYHU BenoapobHm 3abonsaBaHuUA

* Kon ca ocHoBHUTe BbenoapobHm 3abonsaBaHua, cBbp3aHu ¢ bX

* Kak ce cTpatndumnumpa texkectra Ha bX npu benogpobHun 3abonsaBaHms
M KaKBa € HEMHaTa NPOrHo3a

* Ko ca 0CHOBHUTE AMATHOCTUYHU METOAMN Ha NY/IMOJIOra 3a OLLeHKa
Ha 6enoapobHaTa xmMnepToHUA

* KakBO e neyeHmneTo Ha bBX npu xpoHn4Hn 6enoapobHn 3abonaBaHmna






PeHTtreHorpadua Ha 6an aopob

JBa3ucHa npu oueHKa Ha BX, cBbp3aHa ¢ benogpobHu 3abonasaHus

JMoanomara gnarHo3saTta v npu apyrute popmu Ha bX

B MmomeHTa Ha AmarHo3aTta 90% ot naumeHTute ¢ MBAX umat abHopmHa
peHTreHorpapua

* [lnnaTUpaHu LEHTPaHU CbA0BE, KOHTPACTMPALUM C
* BegeH nepudepeH CbA0B PUCYHBK

* PasWwupeHu AACHO Npeacbpane n kKamepa

Rich S, Dantzker and al. Primary pulmonary hypertension: a national prospective study. Ann Intern Med 1987;107:216-223.



BucoKopasrpaHnuutenHa KOMnNOTbPHa ToMmorpaduma u
KOMNIOTbP-TOoMOrpadcka nysimoaHruorpadpuma

" OueHKa Ha benoapobHMA NapeHxnm
= OueHKa Ha benoapobHaTa LMPKyNaLUMA
" OUeHKa Ha CbpLLEeTOo M B YaCTHOCT AACHaTa Kamepa

" OueHKa Ha benoapobHaTa nepdy3una-Dual-Energy Computer

tomography( DECT)



V/Q cuuHTUrpadmus

* CKpMHMpPaALL, MeTol, HaCOYEeH KbM TbPCEHE Ha XPOHWNYHA

TpombembonmnyHa benoapobHa XxmMnepToHms
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KpbBHUTe rasoBe nognomaraT AuMarHOCTUKaTa Ha apyrute ¢opmum Ha
bX

XUCTorpamarta Noka3ea pa3npegeneHune Ha KanmaapeH pCO2 npu nauneHTn ¢ BAX (YyepBeHun
KOJIOHW) 1 BX npun cbpaeyHa HeAOCTaTbYHOCT CbC CbXxpaHeHa ®U (3eneHn KONOHM)

40

Frequency
i

g
1

Olsson et al. Respiratory Research (2015) 16-34



PO2 He e NPOrHOCTUYEH MapKep Npu nauneHTuTe ¢ bAX

Survival

Pa02 > 8.97 kPa
0.4- '

0.2

“Pa02 < 8.97 kPa.

0.0

0 20 40 60 80 100 120
Months

M.M. Hoeper, Prognostic value of blood gas analyses in patients with idiopathic pulmonary arterial hypertension, Eur Respir J 2007; 29: 944-950



PCO2 e cuneH NPOrHOCTUYEH MapKep 3a nauneHTuTte ¢ bAX

PaCO2 > 4.25kPa;

044 E
“ PaC02 < 4.25kPa;
0.0 , | | | | |
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M.M. Hoeper, Prognostic value of blood gas analyses in patients with idiopathic pulmonary arterial hypertension, Eur Respir J 2007; 29: 944-950



benoapobHn pyHKLMOHANHU TecToBEe

JCnupomeTtpusa- 6asncHa oueHKa Ha benoapobHaTa

byHKUMA namepsalwa benoapobHn obemn n nedbutn

JAndy3moHeH KanauuteT- 6asncHa oLeHKa Ha
benoppobHa GyHKLUMA, U3MepBaLLLd MPOHUKBAHETO Ha
a/iBeoJlapHUTE ra3oBe Npes3 asBeo/10-KannuaapHaTa

membpaHa

JdyHKUMOHANHM TecTOBe C HaTOBapBaHe

= Fields tests : 6MWT, shuttle walk test, stairs

climbing tests

= Laboratory tests - CPET



KapaunopecnupatopeH crpec-tect (CPET)

Peak VO, OTpasaBa TexecTTa Ha 3abonasaHeTo npu

LUMPOK CreKTbp 3ab60n5BaHUA- CbpaeUYHMU
6enoapobHu

YHuBepcasneH NPOrHoCTU4EH MapKep
AUEEN RN E OTpas3AaBa ToNepaHca KbM HaToOBapBaHe B
aepobHu ycnosus

BeHTUnaToOpeH OTpa3aBa CbOTBETCTBMETO Ha BEHTUIAUMA U
€KBMUBAJIEHT 33 nepdysmns

Co,

BeHTUnaTOpeEH OTpa3ABa BEHTU/IATOPHOTO yCcuaune 3a
€KBUBAJIEHT 33 NOCTMUraHe Ha onpeaeneHa KNCAopoaHa

0, KOHCymauua

A ee iR GBS OTpa3nBa BEHTUNAUUMOHHO- Nnepdy3noHHUTe
U npu B3aMMOOTHOLUEHUNA U TEXKECTTA Ha

HaTOBapBaHe 3abonsaBaHmMATa




Table 14 Suggested assessment and timing for the follow-up of patients with pulmonary arterial hypertension

At baseline Every 3-6 Every 6-112 3-6 months after In case of clinical
months? months® changes in therapy®* worsening
::;:Iiﬁf nﬁ.ltnacr:lduml class ¥ ¥ ¥ ¥ ¥
ECG + + + + +
6MWT/Borg dyspnoea score + ¥ + - +
CPET . + + +*
Echo + T + +
Basic lab® + + + + +
Extended lab* + + +
Blood gas analysis® + + & +
Right heart catheterization + + e +




CbabpKaHue

 KakBO 3Haem 3a naTtoreHe3aTta Ha benoapobHaTa XMNepToOHUA NPU
XPOHU4YHU BenoapobHm 3abonsaBaHUA

e Kon ca ocHoBHUTE BbenoapobHu 3abonaBaHuA, cBbp3aHu ¢ bX

e Kak ce cTpatndumumpa texkectra Ha bX npu benogpobHun 3abonsaBaHms
N KaKBa € HerHaTa NporHo3a

e Ko ca OCHOBHUTE ANArHOCTUYHU METOAM HA NMY/IMOOra 3a OLLEHKa
Ha 6benoapobHaTa XMNEepPTOHUA

* KakBo e neyeHmneto Ha bX npu XxpoHU4YHM 6enogpobHU 3abonasaHus



JNleyeHue
/‘/Glj— cowiecmeeHume cmvnku e sie4eHuemao ca.

¢ ,£I,a ce ontmmmninpa nevyeHNEeTo Ha OCHOBHOTO 3abonasaHe
 [1a ce U3KIYaT MK NeKyBaAT KOMOpPbuaHute 3abonsBaHUA
* Kucnopoaogepanua
* B K/IMHMYHM NPOYYBAHUSA HE e AOoKa3aH epeKkTa npu bX, cBbp3aHa C
6benoapobHn 3abonaBaHMA, HO B KIMHUYHATA NPaKTUKa — CMNHO noaobpasa
Ka4yeCTBOTO U MPOABL/AKUTENHOCTTA Ha }KMBOTA NPU BONHUTE C XPOHUYHM
6enoapobHn 6onectn n H

* benoapobHa pexabunnntauusa



TapreTHa Tepanua



XOBbb- Sildenafil

Sildenafil He chepBa ga ce npenopbyBa 3a NnogobpeHmne Ha Pus.

KanayuteTt npu naumeHTn c HanpegHana XObb u neka go ymepeHa bX

Blanco |, Sildenafil to improve respiratory rehabilitation outcomes in COPD: a controlled trial. Eur Respir J 2013;



XOBbb- Sildenafil

" PyTUHHOTO npunoxkeHune Ha sildenafil HAma 6raronpunateH edekT

BbPXY PU3MYECKM KanaumTeT npu naumeHTn ¢ XObb n empunzem

= Sildenafil curHndmkaHTHO BAOLWaBa ra3oobmeHa B MOKOMN U

Ka4yeCTBOTO HA KUBOT

Lederer DJ, Bartels MN, Sildenafil for chronic obstructive pulmonary disease: a randomized crossover trial. COPD 2012



XOBbb- bosentan

* B cpaBHeHwMe c [Mnhauebo, nauneHTn, neyBaHu ¢ bosentan 12 ceamunum
HAMAT noaobpeHne Ha PM3nYecKkusa Kanauutet, uamepeH c 6MWT,

benoapobHata dpyHKUMUA, benogpobHOoTo HanAraHe VO2max

 ObpaTHO- OTYMTA Ce CHUKeHMe Ha PO2 n BNOLWEHO KAaYeCcTBO Ha

HKUNBOT

Stolz D,. A randomised, controlled trial of bosentan in severe COPD. Eur Respir J 2008;32:619-628



Ub®d- EHAOTEeNnH-peuenToOpHU aHTAarOHUCTH
N Ba30oAUNaTaToOpPU

MeagukameHT NpoyuBaHe
Bo3eHTaH —Tracleer BUILD-1,2,3
Macitentan MUSIC
AmbunseHTaH- Volibris ARTEMIS-IPF
CunpeHadun- Revacio STEP-IPF

Jlnnca Ha edekKT
WA HeraTuBeH epekT




KAanHnyeH cnyyau

* MbXK Ha 49 rognHum

* OT AeTCTBOTO- YEeCTH
pecnmMpaTopHU MHPEKLUUMN,
nocneasBaHm oT KIMHUYHA
pemumcuna Ao npean 6-7 roaguHn

* OT TOraBa- OTHOBO YeCcTun
MHdeKUNn

* 334yX N NecHa YMopAemocCT

e OTOUM NO AO/IHN KPaHULM OT
HAKOJIKO MeceLa




Ha atmocdepeH Bb3ayx

* pH

* pCO2
* p02

* HCO3
* Sat02

ApTepuasiHu KPbBHU rasose

7,45
46mmHg
40 mmHg
32mmol/I
78%

Ha 02- 4n/muH

° pH

* pCO2
* p0O2

* HCO3
* Sat02

7,45
46mmHg
56 mmHg
32 mmol/I
90%



JlabopaTopHU nscneaBaHuA

Hbs Ag(+) ot 10 roanHu 06w, 6enTbK 67 r/n
ACAT 30 An6 27 t/n
AJNAT 21 XE 3411

o6, 6unnpybuH 58 mkmon/n
OnpeKTeH 33 MKmon/n



[1ACHa cbpaevyHa KaTeTepusauma

A 26/26/24

AK 65/0/ 18

All 65/24/15

nn BCC- 832 dyn-cm/s-m2
J1IK 86/7/16

Ao 130/80




BEX npu 6poHxuekTasHa bonect unu PoPH

OTrosop:

BX npu bpoHxuekmasuu:

AprymeHrtauyus:

1)XemoamMHaMMKaTa Ha N1ABa Kamepa He oTroBaps Ha PoPH
2)Exorpadusa u pubpocKeH Ha yepeH Apob:

aBaHCMpana ueHTpmnopTtanHa ¢nbposa

Cbc ckop 75KPa, 6e3 nopTanHa XMnepToHus,

KaKTO Npu KapanayHa Lunposa



|la MUCIMM U pellaBame cbabata Ha bonHUTe 3aeaHO




